L W, male, born 8.8.47 History: Normal pregnancy and labour. Birth weight 5 lb 12 oz. 12.5.48: Referred to Sir Wilfred Sheldon as he was underweight; mother failed to keep further appointment and investigations were not completed. 7.6.51: Seen by Sir Denis Browne, because of hypospadias. It was noted that he had more moles. 25 Skin: The cheeks of the face are clear of moles but the rest of the skin, including the scalp, is densely covered with pigmented moles. The intensity of pigmentation is varied.
Investigations: This case has been extensively investigated and will be reported in detail elsewere. The only abnormal finding was the EEG, which showed alpha rhythm 9-10 c/s, disturbed by irregular, slower 4-7 c/s activity, which is generalized and is increased by over-breathing. This was thought to be in excess for his age and might be a manifestation of immaturity.
Full neurological examination (Dr Ian Mackenzie): There was nothing to support a diagnosis of neurofibromatosis.
Biopsy showed junctional nivi.
Comment: This is the third example of a hitherto unrecognized syndrome. The first two cases were shown by me at a meeting of the Clinical Section in 1960 (Moynahan & Polani, in preparation). Both were girls, one was under the care of t,:.. Professor P E Polani. Each girl presented with multiple symmetrical moles but, in addition, puberty was delayed and growth was stunted. Both showed psychic infantilism (normal intelligence but the general behaviour was several years behind their chronological age, as is seen in Turner's syndrome in which there seems to be a tendency for an excessive number of moles to be present), and each had endomyocardial fibroelastosis. One of the girls had ovarian hypoplasia on one side, and on the right side the ovary was absent. In both, puberty was delayed. Over the scalp and eyebrows his continual rubbing has broken the hair off short. The skin over his ankles, wrists and elbow flexures has been rough and thickened for a year or more. He has noticed thickening of the finger nails and scaling of the palms and soles for a year. For six months his neck has been swollen. His general health is good and he has not been losing weight. Previous history andfamily history: Not relevant.
On examination: A well-developed but not obese man. There are enlarged, smooth-surfaced, firm, rubbery glands in the left cervical and supraclavicular regions and smaller glands on the right side of the neck. There are a few excoriated papules and some small pigmented scars on the trunk. The skin of the extremities is rough, thickened and dark brown. The change is particularly severe over the wrist, elbow and ankle flexures, but is also to be found behind the knees and in the axillee and groins. The individual lesions are rather abrupt elevations occurring between the skin furrows. Their surface is studded with minute rounded eminences containing capillary vessels. On the distal part of the limbs the surface is hyperkeratotic and burnished. The backs of the hands and feet are diffusely involved, and the palms of the hand show some papillary projections particularly in the metacarpophalangeal joint creases. The finger nails are highly polished by rubbing. Most of them are also thickened and brittle. Fine scaling of the palms and soles has improved following treatment with griseofulvin 1 g per day for six weeks. The central part of the scalp is covered with short broken hairs. The eyebrows are likewise very short. General examination reveals no other abnormality. Histology: Section of cervical gland: The structure of the gland has been destroyed and replaced by a granulomatous tissue, consisting of lymphocytes, plasma cells, eosinophils and polymorphs. The outstanding feature is the presence of large, pale reticulum cells (pseudoxanthoma cells) and mono-and multinucleated Dorothy Reed cells. Diagnosis: Hodgkin's disease. Section of the skin (Fig 1) : The epidermis shows marked hyperkeratosis and acanthosis of a characteristic architecture. The basal cell layer is hyperpigmented. The histology suggests acanthosis nigricans (Dr H Haber).
Comment: The patient is suffering from pruritus and itchy papules caused by Hodgkin's disease. These are common manifestations and the thickened and pigmented skin of his extremities might be taken for an associated lichenification on casual inspection. Examination with the skin microscope, however, shows that the basic change is enlargement of dermal papille or groups of papillae which combine with the hyperpigmentation to produce a velvety appearance in the axille.
Over the distal joints the skin surface shows additional changes due to persistent rubbing.
The clinical diagnosis of acanthosis nigricans is supported by the biopsy from the right antecubital fossa and by studies of.the surface contours of the lesions made by Dr I Sarkany.
